Introduction
============

Idiopathic megacolon is a rare and poorly understood clinical condition that usually presents as refractory abdominal distension and constipation. It includes idiopathic megarectum, idiopathic megacolon, or a combination of these disorders. Among them, idiopathic megacolon without megarectum is the most uncommon disorder. In this case, we experienced the idiopathic megacolon with bowel dilatation only proximal to the splenic flexure.

Case Report
===========

The patient was a 44-year-old woman. One month before being referred to our hospital, abdominal distension and constipation developed and the severity of both increased with time. She was admitted to a local hospital and diagnosed as having megacolon. The patient could not defecate and the abdominal pain increased despite fasting and frequent enemas. Because of the intractable symptoms, she was referred to our emergency unit for further investigation. The physical examination during the obstructive episodes revealed marked abdominal distension with hypoactive bowel sounds. There was no palpable abdominal mass or signs of peritoneal irritation. The patient denied a history of metabolic, neurological, cardiovascular or pulmonary disease, previous abdominal or pelvic surgery, or a history of abdominal cancer, inflammatory disease or trauma. The patient was not taking any medications. The laboratory testing showed a normal hemoglobin, hematocrit, white blood cell count, blood glucose, creatinine, and coagulation profile. The serum electrolytes were also normal except hypokalemia was present with a level of 2.7 mmol/L (normal range 3.5-5.1 mmol/L). The thoracic imaging was normal. Abdominal simple radiographs showed signs of marked dilatation of the colon ([Fig. 1A](#F1){ref-type="fig"}) especially in the cecum and transverse colon. The abdominal computed tomography (CT) scan showed bowel distension, and the transition zone was detected at the splenic flexure ([Fig. 2](#F2){ref-type="fig"}). However, mechanical obstruction was not detected. Sigmoidoscopy was performed and no obstructive lesions or mucosal changes were noted. Samples taken from multiple random mucosal biopsies also revealed normal findings. Anorectal manometry showed a normal resting anal sphincter pressure, normal squeezing pressure during maximal voluntary effort, rectal sensory threshold, maximal tolerance volume (120 mL), and rectoanal inhibitory reflex was present. The colon transit time was delayed (total 135.6 hours, right colon 66 hours, left colon 56.4 hours, and rectosigmoid colon 13.2 hours). Based on these findings the patient was diagnosed with idiopathic proximal hemimegacolon. First, the hypokalemia was corrected to between 3.8 mmol/L to 4.9 mmol/L. However, the abdominal distension and constipation were not improved. On the 19th day of hospitalization, a small amount of loose stool was passed and the abdominal pain was relieved. Bisacodyl suppositories and bisacodyl/docusate were started. On the 22nd day of hospitalization, the frequency of loose stools increased up to 3-4 times/day. Oral feeding was started on the 27th day of hospitalization after checking the CT endoscopy ([Fig. 2B](#F2){ref-type="fig"}). The finding was marked dilatation of ascending and transverse colon at the level of distal transverse colon without obstructive lesion. The maximal diameter of dilatated colon was 15 cm. The patient was discharged on the 44th day of hospitalization on oral mosapride, itopride, domperidone, and lactitol ([Fig. 1B](#F1){ref-type="fig"}). After discharge, she did not have additional symptoms even after the medication was discontinued. However, 4 years later, abdominal distension and constipation occurred again. She was admitted to a local hospital for 20 days and sigmoidoscopic irrigation and enemas were performed there. However, the symptoms were not relieved. Therefore, she was referred to our emergency unit for further management. Severe abdominal distension was noted on physical examination and on the simple abdominal radiograph ([Fig. 3A](#F3){ref-type="fig"}). The laboratory testing was normal except for ALT (119 U/L) and AST (141 U/L). The abdominal CT scan showed similar findings compared to the previous study. Bisacodyl/docusate was started on hospital day 2. By hospital day 8, loose stools were passed after a glycerin enema and the abdominal pain and distension were relieved. On hospital day 10, a large amount of loose stool was passed and magnesium oxide, mosapride, domperidone, and colonlyte were started. Stool passage was increased to 7-15 times/day. On hospital day 16, oral feeding was started and the ALT and AST returned to normal. On hospital day 25, the patient was discharged ([Fig. 3B](#F3){ref-type="fig"}). Three months later, she visited the outpatient clinic and did not have abdominal distension or constipation without medication ([Fig. 4](#F4){ref-type="fig"}).

Discussion
==========

Megacolon can be observed in Hirschsprung\'s disease, with an infection (Chaga\'s disease) and in some disorders of the endocrine or central nervous system (including spinal trauma and senility). However, in the absence of an organic cause, it is referred to as idiopathic.[@B1],[@B2] Idiopathic megacolon is a heterogeneous disorder including idiopathic megarectum, idiopathic megacolon, or a combination of these disorders.[@B3] Idiopathic proximal hemimegacolon is defined as megacolon only proximal to the splenic flexure.[@B4] Idiopathic proximal hemimegacolon is a very rare and therefore a poorly understood clinical entity. The pathogenesis underlying idiopathic proximal hemimegacolon is currently unclear. The plausible explanations include abnormalities involving the extrinsic nerves, the enteric nerve plexus, or the intestinal smooth muscle, which could lead to gut dilatation and impaired motility.[@B5] Anal manometry is clinically useful in a few patients with chronic constipation, although it has potential value for the exclusion of Hirschsprung\'s disease, due to the demonstration of internal sphincter relaxation in response to rectal distension.[@B6] The clinical features of patients with idiopathic proximal hemimegacolon are similar to those reported in idiopathic megacolon without megarectum in previous studies. Patients with idiopathic megacolon are older than patients with idiopathic megarectum. In this case, the patient experienced her first episode at 44-years of age. Most patients present with constipation; however, documented bowel habits are very variable, from 5 times per day to only once every 3 months. Abdominal distension is more common than abdominal pain. The majority of patients have normal intelligence. Most patients have no significant family history. Our patient had abdominal distension and pain, normal intelligence, and no familial history. Most patients show a delayed colon transit time. Delay in the colon transit is most prominent in the right colon area. In the rectosigmoid area, it is normal.[@B2]-[@B4],[@B7],[@B8] Our patient also showed delay in right colon transit. The abnormal AST/ALT levels were considered secondary to hepatocongestion induced by the megacolon. Patients with idiopathic megacolon are managed conservatively initially. The majority of patients can be successfully managed without surgery.[@B2] For shortening bowel transition time and symptom relief, the prokinetic drugs like mosapride and itopride could be coadministrated.[@B9] However, medical treatment may fail to alleviate symptoms in some patients,[@B8] may be poorly tolerated, and must be continued lifelong to prevent the recurrence of symptoms.

Megacolon proximal to the splenic flexure is referred to as idiopathic proximal hemimegacolon. Here, we present the case of a 44-year-old woman with idiopathic proximal hemimegacolon that had 2 episodes over 4 years. She was successfully managed with medical treatment only.
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![Abomen supine X-ray. (A) Severely dilated proximal transverse colon. (B) Improvement of dilated colon after medical treatment.](jnm-16-203-g001){#F1}

![Abdomen pelvis computed tomography (CT) scan (A) and CT endoscopy (B) shows dilatation of the ascending and transverse colon. The arrows indicate the transition zone at the level of the splenic flexure with no evidence of mechanical obstruction.](jnm-16-203-g002){#F2}

![Abdomen erect X-ray. (A) The recurrence of hemimegacolon at the same site. (B) Improvement of recurrent hemimegacolon after medical treatment.](jnm-16-203-g003){#F3}

![Abdomen simple X-ray shows improved hemimegacolon followed in the outpatient clinic.](jnm-16-203-g004){#F4}
